Dermatomyositis is the term used to designate a group of cases characterized predominantly by non-suppurative inflammation and degeneration of muscle, including the myocardium, together with similar involvement of overlying or unrelated parts of the skin and hypoderm. Clinical features include fever, erythematous skin lesions,and muscle fatiguability, weakness, pain, and tenderness, which may progress to atrophy and fibrotic contractures. (Edema, particularly over affected muscles and in the orbits, a toxic alopecia, and high levels of creatinuria also commonly occur.
There was, therefore, a great diminution in inspiratory capacity but emphysema was excluded because (1) maximum breathing capacity was only moderately diminished, (2) there was no air trapping as shown by (a) above, (3) intrapulmonary mixing was above average, and (4) functional residual capacity was normal.
X-ray screening of the chest showed that the right ventricle was enlarged and the pulmonary artery segment prominent. Pulsation of the heart seemed normal. There was no sign of calcification of the pericardium and no evidence of enlargement of the left atrium. Cardio-thoracic ratio was 56 per cent ( Fig. 2) . Tomograms confirmed the enlargement of the main pulmonary artery and its primary branches. The peripheral vascular shadows in both upper zones were less than normal. No other abnormality was seen in the lungs. Cardiovascular System. There was no cyanosis or cedema. Marked venous pulsation was seen 2 cm. above the sternal angle as the patient reclined at 45°. Two waves could be distinguished: a jugular venous pulse tracing, with simultaneous electro-and phono-cardiogram, showed that the earlier of the two waves occurred during atrial systole, indicating hypertrophy of the right atrium, and the latter during the ejection phase of ventricular systole. A positive systolic wave similar to the second wave has been described in tricuspid incompetence (Muller and Shillingford, 1954) . The blood pressure was 120/90. The apex beat was felt in the fifth left intercostal space 10 cm. from the mid sternal line and right ventricular pulsation in the third and fourth left interspaces. A systolic murmur (grade III) was loudest at the tricuspid area. In the same area there was a rather clicking sound in diastole. The phonocardiogram shows that this sound occurred 0-18 sec. after the beginning of the second sound, simultaneously with the base of the Y descent of the jugular venous pulse, i.e. later than a third heart sound is usually found. The systolic murmur extended throughout systole and was continuous with a short early diastolic murmur, which followed immediately on a split second sound. Such an early diastolic murmur has been described in tricuspid incompetence (Messer et al, 1950 ).
There were large P waves in leads II and aVF of the electrocardiogram and tall R waves in leads aVR and VI (10 mm.), indicating much hypertrophy of the right ventricle. Cardiac catheterization showed that there was hypertension in the pulmonary artery and right ventricle. The mean pressure readings, all expressed in mm. of mercury above a plane 5 cm. behind the manubrium sterni, were (1) pulmonary " capillary" 4 mm. Hg; (2) main pulmonary artery 52 mm. Hg; (3) right ventricle 36 mm. Hg; (4) right atrium 5 mm. Hg, and (5) superior vena cava 5 mm. Hg. The oxygen content of samples of blood from the right heart, estimated by the method of Roughton and Scholander (1943) , were (1) pulmonary artery 13 2 vol., (2) right atrium 12 9 vol., and (3) superior vena cava 12-9 vol., each per 100 ml.
A femoral artery blood sample contained 18-5 vol. per cent of oxygen. Hmemoglobin was 14-3 g. it seems fair to conclude that the pulmonary vascular resistance was greatly increased and that most of the increase arose in the pulmonary arterial tree. Several unsuccessful attempts were made to obtain arterial blood during exercise to determine if there was interference with oxygen diffusion. The procedure was found to be impracticable because the patient's severe locomotor disability did not allow him to perform an adequate amount of exercise.
Discussion
There is no doubt that this patient presented the typical history and clinical features of chronic dermatomyositis and that he had at no time presented the characteristic hidebinding of " scleroderma."
The outstanding findings in the cardiovascular system were hypertension in the pulmonary artery and right ventricle, and great hypertrophy of the right heart. The normal pulmonary " capillary " pressure excluded a lesion in the left side of the heart (such as mitral stenosis or constrictive pericarditis) as the cause of the pulmonary hypertension. There was no sign of a left-to-right intracardiac shunt or other evidence of a congenital defect of the heart; also, cardiac enlargement developed along with the dermatomyositis.
The only evidence of a valvular lesion pointed to tricuspid incompetence, which cannot explain pulmonary hypertension of this degree. Fibrosis of the myocardium leading to congestive cardiac failure has been described in scleroderma (East and Oram, 1947) . None of the findings in the present case indicated that the cardiac dysfunction was due to myocardial damage of this kind. Emphysema was excluded by the respiratory function tests.
The only adequate explanation of the pulmonary hypertension and hypertrophy of the right heart appears to be a process of narrowing or occlusion of the smaller branches of the pulmonary arterial tree, the result of degenerative and proliferative changes in the vessel walls. There is some support for this view in the contrast between the enlarged main pulmonary artery branches and the somewhat inconspicuous peripheral vessels seen on the X-ray of the chest. This would then appear to be an example of the " vascular fibrosis " in the lungs described by Spain (1950) . Right ventricular hypertrophy associated with such obliterative disease in the pulmonary arteries has been previously demonstrated in pulmonary schistosomiasis (Shaw and Ghareeb, 1938) and in carcinomatous infiltration of the lung vessels (Morgan, 1949) .
Wood (1952) mentions polyarterities nodosa and disseminated lupus erythematosus as causes of block of the pulmonary circulation. In a recent comprehensive review of pulmonary changes in diffuse collagen diseases (Ellman and Cudkowicz, 1954 ) the authors suggest that the pulmonary arterial changes in this group are due to interference with tissue nutrition by deprivation of the only arterial blood supply available to the supporting structures of the lungs-the bronchial arteries. It seems at least as probable that the pulmonary arteries are affected primarily. Summary A case of dermatomyositis with severe pulmonary hypertension and hypertrophy of the right heart is described.
It is concluded that the pulmonary hypertension and hypertrophy of the right heart are the result of degenerative and occlusive changes in the smaller branches of the pulmonary arterial tree.
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